History: In 1946 the patient developed an eczematous rash behind his right ear, and this soon became generalized. He attended numerous hospitals but there was no improvement in his skin condition. In 1954 he was admitted to the London Hospital under the care of Dr Kenneth Perry. At that time he was found to have exfoliative dermatitis, gross emaciation, and his hkmoglobin was only 15%. He was investigated and found to have idiopathic steatorrhcea. On treatment with a gluten-free diet his weight rose from 99 lb (45 kg) to 128 lb (58 kg) in two months and there was marked improvement in his general health. He also received supplements of iron, calcium, folic acid and vitamin B complex. His skin was treated with 0-25 % hydrocortisone ointment. Improvement of his skin was coincident with his general improvement, but it never cleared, and at the time of his discharge from hospital it was still slightly erythematous and scaly. His general health remained good, and the supplements of iron, calcium, folic acid, and vitamins were stopped but he was continued on his gluten-free diet.
The following cases were also shown: (Russell 1959) . He is also one of the patients mentioned by Dr George Wells in his Parkes Weber Lecture (Wells 1962). History: In 1946 the patient developed an eczematous rash behind his right ear, and this soon became generalized. He attended numerous hospitals but there was no improvement in his skin condition. In 1954 he was admitted to the London Hospital under the care of Dr Kenneth Perry. At that time he was found to have exfoliative dermatitis, gross emaciation, and his hkmoglobin was only 15%. He was investigated and found to have idiopathic steatorrhcea. On treatment with a gluten-free diet his weight rose from 99 lb (45 kg) to 128 lb (58 kg) in two months and there was marked improvement in his general health. He also received supplements of iron, calcium, folic acid and vitamin B complex. His skin was treated with 0-25 % hydrocortisone ointment. Improvement of his skin was coincident with his general improvement, but it never cleared, and at the time of his discharge from hospital it was still slightly erythematous and scaly. His general health remained good, and the supplements of iron, calcium, folic acid, and vitamins were stopped but he was continued on his gluten-free diet.
In 1960 his skin condition became worse and he was given systemic steroids. He has been on them since that time, his usual dose being 10 mg prednisone daily. His skin has remained red and scaly.
In 1962 at the age of 30 he developed a carcinoma of the tongue which was treated by hemiglossectomy and block dissection of the glands of the neck. Histology showed the lesion to be a poorly differentiated invasive squamous carcinoma. No carcinoma was found in the lymph nodes.
In January 1966 he developed a nodule on his right leg which was excised and histology showed it to be a kerato-acanthoma. In May 1966 he developed an ulcer on the dorsum of his left foot. A biopsy showed it to be a moderately well differentiated squamous cell carcinoma. The ulcer was excised and grafted (Mr John Watson). In June 1966 he developed another lesion on his right calf and this was excised and histology showed it to be a squamous and horny carcinoma. In January 1967 an ulcer formed on the lateral aspect of his left foot and a biopsy showed an invasive poorly differentiated squamous cell carcinoma. This ulcer was excised and grafted. In June 1967 he presented with an enlarged lymph node in his left groin which was excised and shown to be a secondary squamous cell carcinoma. Other nodes excised at the same operation showed no carcinoma. Present condition: Generalized erythematous skin with patchy pigmentation. No oral pigmentation. Scaling of the skin on his feet with small denuded areas. Sparse hair on scalp. No axillary or pubic hair. Investigations (March 1966): Hb 16-1 g. WBC 8,200. Reticulocyte count 2 %. Serum vitamin B12 370 pg/ml, folate 1 6 ng/ml, calcium 10-0 mg/100 ml, alkaline phosphatase 5-3 units/100 ml.
Plasma inorganic phosphorus 2 4 mg/100 ml. Prothrombin time normal. Serum proteins 8-1 g/100 ml. Present treatment: Gluten-free diet, prednisone 10 mg per day, folic acid 5 mg b.d., topical steroids.
Comment
Malignancy in association with idiopathic steatorrhoea has been reported previously. Gough et al. (1962) reported 3 cases of intestinal reticulosis in patients with idiopathic steatorrhoea and mentioned another 20 cases in the literature whom they considered developed reticulosis secondary to idiopathic steatorrhoea. Wright & Richardson (1967) reported 4 cases of carcinoma of the aesophagus in patients with idiopathic steatorrheea. Three of their 4 patients were aged under 40, which is unusual for carcinoma of the aesophagus. More recently Harris & Cooke (1967) found that in a follow up of 202 cases of idiopathic steatorrhoea, for a mean period of 9-2 years, 34 malignancies developed. Wright & Richardson suggested that there was some nutritional deficiency to account for the development of the carcinomata.
The present case appears to be the first report of multiple primary carcinomata in a patient with idiopathic steatorrhoea. The development of multiple carcinomata in this patient, and at early age, suggests an underlying biochemical defect of the cells in idiopathic steatorrhcea, which predisposes to malignancy.
Dr Brian F Russell: When the patient was first seen he had an exfoliative and pigmented erythroderma with secondary infection, ectropion, diffuse loss of hair and rough thickened nails.
With correction of the malnutrition his general health improved considerably and he gained weight but the erythroderma, after early improvement, became static and subsequently it deteriorated again with Pseudomonas pyocyanea infection, superficial fissuring and diffuse coarse scaling.
Professor S Shuster: Steatorrhcea in patients with extensive eczema is usually part of a dermatogenic enteropathy and more evidence is needed, therefore, before attributing the steatorrheea to gluten sensitivity in this patient. We have never found more than partial villous atrophy in dermatogenic enteropathy: your diagnosis would, therefore, be more firmly based if the jejunal biopsy showed subtotal villous atrophy. Was the biopsy really flat and in keeping with gluten enteropathy?
Dr L Fry: This patient was diagnosed as suffering from gluten enteropathy in 1954, before the advent of peroral small intestinal biopsy. He commenced a gluten-free diet in 1954 (and has been on it ever since), and therefore we do not know the macroscopic or histological appearance of the small intestinal mucosa prior to treatment. His clinical response to a gluten-free diet appeared to be diagnostic of gluten enteropathy.
Professor Shuster: On the evidence we cannot then decide on the true cause of the bowel disturbance in this patient. It would certainly be more interesting if the skin had initiated the trouble. Dr G C Wells: I was very grateful to Dr Brian Russell for allowing me to include this patient in the case material for the first Parkes Weber Lecture (Wells 1962, Brit. med. J. ii, 937) . We have records of his attendance at St John's Hospital for Diseases of the Skin from the age of 16 years, and he attended as an outpatient from 1948 to 1951. He then had seborrhoeic eczema which had started on the face and gradually became widespread. From a study of all his treatment records I can say that no arsenic was prescribed. It is most interesting to learn that he developed carcinomata, firstly in his atrophic tongue and subsequently in atrophic skin. There is a recent review ofmalignancy in adult coeliac disease and idiopathic steatorrhoea by Harris, Cooke, Thompson & Waterhouse (1967, Amer. J. Med. 42, 899) and this covers 202 patients. They report 27 malignancies of the gut (including 14 lymphomas). One of their old coeliac patients developed a carcinoma in a varicose ulcer, and later a lung carcinoma. I would like to ask Dr Fry if he considers that the very prolonged folate deficiency in this patient might have been a factor in producing epithelial atrophy and hence carcinoma? Dr Fry: This patient's heematological and biochemical status was reassessed in 1966 and the only abnormality found was a low serum folate (1 6 ng/ml). Since that time he has been on folic acid 5 mg b.d. and this has not prevented the development of new carcinomata. I suppose it is a possibility that a prolonged folate deficiency may predispose to malignancy, but I myself do not know of any conclusive evidence that this is the case.
I still think this patient has gluten enteropathy. May I ask Professor Shuster whether patients with 'dermatogenic enteropathy' are underweight and if so whether he expects them to gain 28 lb (13 kg) in two months on a gluten-free diet? Secondly, are patients with dermatogenic enteropathy more liable to malignant disease, like those with gluten enteropathy?
Professor Shuster: Patients with dermatogenic enteropathy may be underweight for a number of different reasons (Shuster, 1967, Lancet i, 907) and they may put on weight rapidly after treatment. Such a patient recently investigated by Dr Janet Marks and myself gained 15 lb (6-8 kg) in a month and a further 14 lb in the subsequent three months; his steatorrhoea, which was 24 g/day at its peak, decreased when his skin improved to 6 g/day. Weight loss is not, therefore, a reliable discriminator between dermatogenic and gluten enteropathy. Dermatogenic enteropathy has only been recognized recently (Marks & Shuster, 1965 , Lancet i, 1367 and it will be interesting to see whether the incidence of malignancy turns out to be increased in this disorder as it is in gluten enteropathy.
Dr P R Montgomery: I remember a case at Guy's Hospital many years ago in which the sequence was thought to be anorexia nervosa, iron deficiency, carcinoma of the cesophagus. Since then I have seen other cases of carcinoma of epithelial surfaces in which there had been preceding iron deficiency and I believe cases have been described with the Plummer-Vinson syndrome. I wonder if iron deficiency has played a part in this case. Iron and other deficiencies may lead to mucosal atrophy and most mucosal atrophies seem to predispose to malignancy. Dr A Jarrett: I believe it is true that a malignancy of the intestine involving a very small segment is capable of causing the malabsorption syndrome. The patient has had a carcinoma of the tongue, and has several malignancies on various parts of his skin. I was therefore wondering whether this represents a general dysplasia of his cutaneous and intestinal epithelia, whilst the malabsorption is due to bowel involvement by a localized neoplastic growth. Dr M Garretts: One of the cases I observed with erythroderma and occult steatorrhcea developed a malignancy.
Dr H J Wahace: The macroscopic appearances of the skin on the back of the trunk are suggestive of poikiloderma. Is this borne out by the histology of this area and does it show any intraepidermal neoplastic change? Dr Russell: I agree there is now an appearance resembling poikiloderma. This is of recent origin and sections have shown no sign of a reticulosis. The skin which has been excised around his malignant lesions has not shown poikiloderma. No biopsy has been performed from his back.
Dr G C Wells: A skin biopsy was done at the London Hospital in about 1959. This showed eczematous changes with a non-specific inflammatory infiltrate in the dermis together with much pigment. I do not think that his skin was poikilodermatous at that time.
The following cases were also shown: 
